Fig 2 IVP at 19 months of age, showing massive cakcification in both adrenals and dilatation ofthe lower third of the left ureter above the kidneys, probably representing calcifications in his adrenals. The last IVP, at the age of 19 months, showed similar appearances in the kidne'ys but there were now clear, gross bilateral calcifications in the position of the adrenals, corresponding to their anatomical shape (Fig 2) . Comment The diagnosis of bilateral adrenal hiemorrhage was not made immediately after admission, largely because. the plasma electrolyte pattern did not suggest adrenal failure. The anmemia, associated with masses in the loin, suggested bilateral renal vein thrombosis. The absence of blood in the urine a day later, however, made this diagnosis very unlikely. The first indication that the masses were adrenal came from the IVP at 2 weeks of age, which showed a characteristic picture consisting of the depression of the kidneys with acute kinking of the pelvi-ureteric junction.
This child has not shown any sign of adrenal failure to date, but no real stress situation has as yet developed apart from a mild episode of pyelitis at 5 months of age. It is possible, however, that later, during acute illnesses or surgical procedures, he may manifest signs of adrenal failure as was observed by Lintz (1943 ), Minder (1954 and Schwartz & Fink (1956) and require supportive therapy by adrenocortical hormones, as was given by Gardner (1957) to two patients. Cases of adrenal hemorrhage due to the Waterhouse-Friderichsen syndrome do not develop adrenal calcifications after recovery (Stevenson et al. 1961 ). The diagnosis of adrenal haemorrhage should be considered in the differential diagnosis of abdominal masses in the newborn, as in these cases operation is unnecessary.
Pseudo-pseudo-hypoparathyroidism with Osteoma Cutis Alina Facial appearance limbs, dorsum of right foot (Fig 2) . Child is of dull normal intelligence (IQ 82). Blood pressure 90/70.
Investigations: X-rays show thickened calvarium, particularly in frontal region. Bones of limbs are short and thick and there is some shortening of metacarpals (Fig 3) . Biochemical this patient showed osteoma cutis. In this condition ossification takes place in the dermis with-=_ out previous calcification or scarring (Hopkins 1928 when he walked alone and was noted to be unsteady and clumsy. At 2 years unsteadiness had increased and he was seen to have a squint. Soon afterwards, clumsiness of hands and tremulousness of trunk were noticed. Examination showed ataxia, marked intention tremor of hands and titubation of the head. There was a left internal strabismus, and nystagmus most marked on abduction. He appeared mentally backward, and speech was indistinct. His skull was dolichocephalic and on X-ray suggested craniostenosis.
Artificial sagittal and coronal sutures were created (Mr Harvey Jackson) and he was discharged with a diagnosis of craniostenosis with congenital cerebellar ataxia.
For the next year he appeared to make good progress and his speech became less abnormal. Obvious deterioration occurred at 4 years with more inco-ordination and dysarthric speech. Generalized weakness was thought to be present with minimal wasting of proximal limb muscles. Telangiectasia was now noted for the first time on the cheeks, knees and hands, later spreading to ears and conjunctive. A muscle biopsy of the left peroneus longus was performed.
The diagnosis of ataxia telangiectasia was now made, and the case was published for the first time (Robinson 1962). By 4 years 9 months, the skin of his hands, fingers and feet had become tight and indurated suggesting acrosclerosis. Contractures were present in fingers, elbows, knees and hips. Ataxia and telangiectasia were still present but skin changes were more widespread and now involved the buttocks and posterior thighs. Investigations showed an IQ of 66 (Stanford-Binet), a normal EEG and normal serum aldolase; no evidence of denervation or muscle disease was shown by electromyography and nerve conduction velocity. Skull X-rays showed irregular surgical defects along the lines of the coronal suture, but no deformity characteristic of craniostenosis (Dr R D Hoare). Chest X-ray showed clear lung fields and normal heart size. There was no evidence of calcification in the soft tissues of thorax or upper arms.
At 5 years 5 months hard pea-sized subcutaneous lumps developed over both biceps.
Despite lack of laboratory evidence for a myopathy, treatment was started with prednisone .5 mg t.d.s. and this was followed by diminution in contractures at the knees (where they were most disabling) and reduction in skin lesions. The ataxia was unchanged. When prednisone was discontinued he began to walk on tip-toe because of calf shortening, but this improved when it was restarted. Prednisone was finally discontinued at 6 years of age with no deterioration in his condition. In the past year he has remained unchanged apart from some decrease in telangiectasia and increase in number and size of nodules. In himself he remains fairly well with no undue liability to respiratory infections. Admitted at 7 years 5 months for biopsy of nodules.
On examination: Height and weight just above third percentile for age. Retarded boy with some titubation of head and cerebellar ataxia of marked degree in legs. Dysarthric explosive speech.
